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.Epithelioid Hemangioendothelioma (EHE) is an uncommon angiocentric vascular tumour.We present a case of an
EHE of the left femoral vein, in a young woman, diagnosed after becoming symptomatic due to metastases. Limb
is a rare localisation for this primary tumour. Diagnosis may be difﬁcult, and aetiology is yet unknown.
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Epithelioid Hemangioendothelioma (EHE) is a vascular
tumour with metastatic potential. Primary tumours of the
limbs are infrequent.We present a case of an EHE of the left
femoral vein that was diagnosed after becoming symp-
tomatic due to metastases.REPORT
Young woman, 22 years old, presented cough and fever. A
chest X ray revealed diffused micro nodular opaciﬁcations.
The CT scan showed multiple hepatic lesions (Fig. 1). An
hepatic biopsy has lead to the diagnosis of EHE. The primary
tumour was at the level of femoral vein (FV). The patient
reported pain in her left thigh starting from the age of 13,
and claudication after efforts, but up to now, none explo-
rations were made because of the lack of other clinical
symptoms. A duplex scan revealed occlusion of the left FV,
well compensated, and extrinsic compression of the
neighbour artery with a signiﬁcant lumen restriction. MRA
showed a stenosis of 50% of the artery (Fig. 1,). No further
investigation was made. Taking into consideration genetic
tests and the slow evolution of the tumour we decided
excision of the lesion and the superﬁcial femoral vessels,
with a reconstruction using a saphenous vein. Postoperative
recovery was satisfactory without any complications. The
histopathology conﬁrmed an EHE arising from the FV, with
polygonal epithelioid cytomorphology, and a small number
of cells within a matrix of ﬁbrinehyalin without evidence of
necrosis and a number of mitoses between 0 and 10.
Immunohistochemical study showed immunoreactivity for
CD31, CD34 and vimentin (Fig. 2). At one year follow up, the
claudication and pain had disappeared, and the bypass wasof Original Article: http://dx.doi.org/10.1016/j.ejvs.2012.10.009
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were stable.DISCUSSION
Primary vascular tumours are rare. EHE have venous origin
and intermediate behaviour in terms of malignancy:
between haemangioma and angiosarcoma. It usually arises
in soft tissues, but also in parenchymal organs such as the
liver, the lungs, the bones or the spleen. Development of
multiple nodules or a big mass is possible.1, The sex ratio is
1/1, with a predominance of females in pulmonary and
hepatic lesions and predominance of males in tumours of
the mediastinum.1, They may develop irrelevant to age. The
causative factors are unknown. It was suggested that oral
contraceptives or exposure to toxins such as polyvinyl
chlorides may predispose to the tumour development.2,
Symptoms may be variable from asymptomatic to pain. The
clinical presentation is related with the location of the
tumour.2, In Duplex scan the direct sign is an heterogeneous
hypo echoic lesion, nodular or inﬁltrating. Indirect signs are
those of vein thrombosis (dilatation, non compressible
vessel, hypo echoic ﬁlling), or arterial stenosis (relevant to
ﬂow needs). In CT scan a low density lesion can be identi-
ﬁed while in MRI a mass hypo or hyper intense can be
revealed.1, Macroscopically it may look like an individual
sphere-shaped, cartilage-like lesion while after section
a translucent appearance with necrosis or calciﬁed centre
may be found.2, These tumours are formed with epithelioid
endothelial cells, characterised from their round or polyg-
onal shape and the plentiful hyaluronic and eosinophilic
cytoplasm, and they tend to form cords.1, The presence of
intracytoplasmic vacuoles containing red blood cells and
nuclear vesicles is an important characteristic. The immu-
nohistology markers are being used in this fashion: a posi-
tive CD31, CD34 and factor VIII or vimentin is necessary in
order to assert the diagnosis. The distinction from angio-
sarcoma may be delicate and so the diagnosis difﬁcult.3,
Only high mitotic index (>6 mitoses by 10 High Power Field)
was associated with decreased survival. The total tumour
Figure 1. Preoperative images from the left to the right pulmonary nodules (TDM), hepatic lesions (TDM), stenosis of the left superﬁcial
artery (ARM).
Figure 2. Histology. On the left: macroscopic view. Thick arrow shows the artery. Thin arrow shows the vein. Discontinuous arrow shows the
tumour. Up on the right: microscopic view with immunohistochemistry: positivity of tumor cells with anti CD31, magniﬁcation 20. Down on
the right: microscopic view with immunohistochemistry: positivity of tumor cells with anti CD34, magniﬁcation 20.
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chemotherapy is controversial while no efﬁcacy has been
proven for radiotherapy.1, The mortality rates vary subject
to the localisation: 40e65% when there is a pulmonary or
hepatic lesion, 13% when the tumour arises in soft
tissues.1,5 The rate of local recurrence is 13%. Metastases
are found in 21e61% of the cases, commonly present in the
time of the diagnosis. The slow evolution of the disease
justiﬁes the surgical excision of the tumour, even if it is
metastatic. The metastatic sites (lymph nodes, liver and
lungs) can arise after a long period of apparent remission.4,5CONFLICT OF INTEREST/FUNDING
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